YELINOCLASTIC diffuse sclerosis or Schilder disease is a rare acute or subacute demyelinating disorder, affecting mainly children. 4 This disease seems to be immune mediated, identical to MS. 5 There is no evidence of viral agents in biopsy and autopsy materials obtained in cases of Schilder disease. 3 The cerebral lesions tend to be large and bilateral, although they are not necessarily symmetrical. 7 In this report we describe the clinical and neuroimaging findings in one patient and our management protocol for this disease.
plantar reflexes, and hyperreflexia. Results of routine blood tests, coagulation studies, and evaluation for vasculitis were completely normal. Brain CT scans revealed four large hypodense areas in the white matter of both hemispheres (frontal, parietal, and occipital lobes) with mild mass effect. Postcontrast brain CT scans demonstrated minimal marginal enhancement. Admission MR imaging demonstrated the same lesions, which were hypointense on T 1 -weighted MR images and hyperintense on T 2 -weighted MR images, with a midline shift from left to right and a discrepancy between the size of the lesions and the associated mass effects ( Fig.  1) . A lumbar puncture was not performed because of the midline shift and symptoms of intracranial hypertension.
Treatment. Laboratory tests for immunodeficiency and serum fatty acid levels yielded normal results. Treatment with 2 mg/kg/day dexamethasone was started intravenously, and a slight recovery occurred after several days. One week later local anesthesia was applied and a brain biopsy sample was obtained from the largest lesion in the left occipitoparietal region. The meninges were found to be normal. We removed 60 ml of clear fluid by aspiration from the cavity of the largest lesion; the fluid pressure was high. Cytological investigation of the fluid and pathological findings in the brain biopsy material were descriptive of a demyelinating lesion. Histological examination revealed extensive sharply demarcated areas with numerous macrophages and perivascular lymphocytic infiltration (Fig. 2) .
Postoperative Course. Several hours after surgery, the patient had no neurological deficit and dramatic recovery occurred. She was discharged without neurological deficits and was given a tapered dose of dexamethasone. Three months later follow-up brain MR images demonstrated marked resolution of the lesions (Fig. 3 ). After 2 years, the patient is well with no neurological deficit.
Discussion
Schilder disease usually affects children between the ages of 5 and 14 years. The most common manifestations are acute hemiplegia with headache, vomiting, behavioral deterioration, and ataxia. The clinical examination often reveals hemiplegia, aphasia, ataxia, and papilledema. 2, 5 As discussed by Poser, et al., 6 because the original description was published in 1912 by Schilder, several criteria have been applied for this condition. Poser, et al., established restrictive diagnostic criteria for true Schilder disease, as follows: 1) clinical symptoms and signs that are often atypical for the early course of MS; 2) cerebrospinal fluid normal or atypical for MS; 3) bilateral large areas of demyelination of cerebral white matter; 4) no fever, viral or mycoplasmal infection, or vaccination preceding the symptoms; and 5) normal serum concentration of very longchain fatty acids.
Computerized tomography and MR imaging demonstrate large cerebral white matter lesions with ill-defined margins, mild mass effect, variable edema, and variable enhancement at the margins. 1, 7 Cerebrospinal fluid may be normal or show a mild lymphocytosis or elevated protein and oligoclonal bands. 1, 2 The acute or subacute onset of focal neurological signs and intracranial hypertension initially indicate a space-occupying lesion, but CT scanning and MR imaging results exclude this diagnosis and point to a demyelinating process. 5 An important test to be included in all cases of Schilder disease is the measurement of very long-chain free fatty acids. Patients with adrenoleukodystrophy have an elevation in the C26 fatty acids and an increase in the C26/C22 ratio and usually have signs of posterior white matter involvement on MR images. 5 The diagnostic criteria established by Poser, et al., 6 were intended to end the confusion around the eponym "Schilder disease." The term Schilder disease now refers to a condition marked by large hypodense lesions on CT scans at onset, demyelination in biopsy samples, and normal ratios of very long-chain free fatty acids excluding adrenoleukodystrophy. There is sometimes cystic degeneration in the area of demyelination in Schilder disease. 1, 8 Some authors believe that most cases will require biopsy sampling to exclude a neoplastic process. 1 Our patient had cystic degeneration in the lesions, especially in the largest one in the left occipitoparietal area from which the biopsy sample was obtained. Within 24 hours after aspiration the patient attained complete recovery from hemiplegia, vomiting, and headache; this rapid recovery may be a consequence of decompression and decreased intracranial pressure. There are reports of large lesions with multiple permanent sequelae. 4 We advise biopsy sampling and especially decompressive aspiration of the cystic lesions in suspected cases of Schilder disease to prevent sec- ondary changes. From this experience we conclude that decompressive aspiration of the largest lesions in this disease may provide an opportunity for recovery with the fewest sequelae.
